INTRODUCTION
The choledochal cyst can be defined as a congenital anomaly of the biliary system, characterized by cystic dilatation of the intrahepatic duct and the extrahepatic biliary tree individually, or cystic dilatation of both these parts simultaneously [1] . It has been reported that the incidence of choledochal cyst in Western countries ranges from 1:100,000 to 1:150,000 live births, and its incidence in Japan has been frequently reported to be 1:1,000 live births [2] .
However, the precise incidence of choledochal cyst in Korea has not been reported so far. It has been known that choledochal cysts are caused by two main factors, namely, weakening of the bile duct walls and an obstruction distal to it. In addition to the causes of this disease, a close relationship between the choledochal cyst and pancreaticobiliary malunion (PBMU) has also been revealed [3] . Also, the probability of occurrence of PBMU related to the position of the opening of the papilla of Vater and the probability of the occurrence of choledochal cyst related to such a situation has been considered to be one of the causes, and recently a series of reports have been made available [3, 4] .
In this connection, we report our experience of choledochal cyst with PBMU and the papilla of Vater positioned in the third portion of the duodenum, in a 30-month-old boy.
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thesurgery.or.kr Extrahepatic bile duct dilatation and intrahepatic bile duct dilatation at the center was observed, however the obvious part of the pancreaticobiliary union was not identified. (Fig. 1) . Also magnetic resonance cholangiopancreatography demonstrated findings similar to abdominal CT but it could not identify the PBMU (Fig. 2) . On biliary scan, the hepatic uptake appeared to be within the normal range, however, the accumulation of isotope at the common bile duct (CBD) and delayed excretion into the duodenum were confirmed based on the findings.
Under the diagnosis of choledochal cyst the operation was carried out, and the P-B type of PBMU, in which the pancreatic duct joins the CBD, and the papilla of Vater is positioned in the third portion of the duodenum were identified through the operative cholangiography (Fig. 3) . Especially, very few cases have been reported in which the papilla of Vater opens in the third portion of the duodenum [8] [9] [10] . In a series of recent studies, it has been reported that the frequency of choledochal cyst in patients was higher when the papilla of Vater was positioned distal to its normal position [3] . In this context from the anatomical viewpoint, the ectopic distal location of the papilla of Vater represents the ectopic distal budding of the hepatic diverticulum during early embryonic life, it is straightforward to postulate that the longer distance between the ventral and dorsal pancreatic buds may result in a delay in communication of the ventral duct with the dorsal duct or failure of communication [4] . And also the formation of PBMU at the early embryonic stage is caused by canalization of ventral pancreatic duct and the anomalous union of pancreaticobiliary duct, which originate from the dislocation of the ventral pancreas, and it is also caused by the stretching of primitive common channel and CBD in accordance with the lengthening, which will result in a long CBD and a long common channel. Therefore, if growth of the epithelium in the CBD, the common channel and the pancreatic duct fails keep up with this anomalous elongation during fusion, the ducts may become attenuated, resulting in stenosis and weakness of the duct walls, and subsequent dilatation of the ducts, a phenomenon that has been observed clinically [4] . This suggests that the lengths of the common channel and the CBD in patients with choledochal cyst correlate strongly with the location of the papilla of Vater, i.e., the more distal the papilla of Vater is, the longer the common channel and the CBD [3] . 
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